Arteriohepatic dysplasia is an uncommon form of congenital cholestatic liver disease, in which a range of co-existing ocular, cardiac, and skeletal abnormalities may be found. A patient is described in whom this syndrome was associated with an unusual pattern of keratoderma. This association has not previously been reported.
Case report
The patient, a 12-year-old schoolboy, born of nonconsanguinous parents was noted to have jaundice and pale stools from birth. Laparotomy performed at the age of one month failed to reveal any evidence of extrahepatic biliary obstruction; an operative liver biopsy showed intrahepatic bile duct hypoplasia. A mild degree ofjaundice has persisted, but his predominant symptoms have been growth retardation, intense pruritus, steatorrhoea, and occasional episodes of abdominal pain.
On examination he was small, his weight and height having been consistently below the third percentile for age. He was not clinically jaundiced, but the liver edge was just palpable. There was no splenomegaly nor other stigmata of chronic hepatic disturbance. He had an unusual facies, said to be typical of Alagille's syndrome", with closely spaced, deep-set eyes and a prominent 'bossed' forehead. The hands and feet were mis-shapen with short, inturned distal phalanges. The skin showed widespread excoriation secondary to his intense pruritus; in addition there was a diffuse keratoderma extending onto the dorsa of the hands and feet in addition to the palms and soles (Figures 1 and 2 ). On the forearms and thighs there was a striate thickening of the skin formed of numerous uniform coalescing papules together with acanthosis nigricans-like changes in the flexures. There is no clinical evidence of ocular or cardiovascular abnormality.
Liver function tests showed a cholestatic pattern of hepatic dysfunction; the bilirubin is mildly elevated at 36 pmolll (laboratory normal range 3-20 /Lffiolll), alkaline phosphatase grossly elevated at 967 lUll (30-85), and -yGT 139 lUll « 50).
A liver biopsy performed in 1984 showed intrahepatic biliary hypoplasia without fibrosis. Skeletal X-rays showed multiple translucent areas in the femoral neck; the hands and feet showed abnormal modelling of the metatarsals. X-rays of the spine were normal.
Discussion
Arteriohepatic dysplasia (Alagille's syndrome) is a rare form of congenital intrahepatic biliary hypoplasia with a relatively favourable long-term prognosis and no tendency to the development of cirrhosis. A typical facies, skeletal abnormalities, and cardiac abnormalities (most frequently pulmonary artery stenosis or hypoplasia) are commonly found in association, as are ocular abnormalities':". The The pattern of cutaneous abnormality seen in this child is highly unusual, and does not fit into any recognized pattern of keratoderma; nor have such changes previously been reported in association with arteriohepatic dysplasia. Whether the changes should be regarded as an unusual reaction pattern to chronic cholestatic pruritus, or as a primary keratoderma remains unclear.
A pituitary thyrotrophinoma causing thyrotoxicosis and amenorrhoeal galactorrhoea: studies of a-subunit in the tumour and in blood
References Thyrotoxicosis due to pituitary hypersecretion of thyrotrophin <TSH) is uncommon'. In some reports there has been an association with hyperprolactinaemia and/or amenorrhoea and galactorrhoear". We report the case of a young female presenting with amenorrhoea and galactorrhoea who was subsequently found to have thyrotoxicosis and where the primary cause of all of the abnormalities was a TSH-secreting pituitary macro-adenoma. omin 20 min 60 min Preoperative (p.&!l) 4.67 19.0 18.0 (p.&!l) 0.53 1.37 1.15
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Special investigations
Levels of hormones in serum were measured using standard radioimmunoassays. Levels of a-subunit in blood were estimated as previously described", Sections for immunocytochemical study were stained by a standard peroxidaseantiperoxidase (PAP) method using polyclonal antibodies. Immunostaining for a-subunit was carried out using primary antibodies at a concentration of 1 : 1 000.
Case report
An 18-year-oldfemale presented to a gynaecology department with a history of menstrual irregularity progressing to amenorrhoea with galactorrhoea. Thyroid function tests were checked and the serum total T 4 concentration was 200 nmol/I (normal up to 160). There were no signs of ophthalmopathy and thyroid antibodies were negative. No treatment was given. Five months later the thyroid function tests were more abnormal, with total T 4 231, free T 4 index 177 (normal up to 160). Treatment was commenced with carbimazole, 30 mg per day. Galactorrhoea worsened and the serum prolactin was found to be 3100 mUll (normal less than 600); at this time the free T 4 index was 175. The patient was referred to the endocrine clinic, where the serum prolactin was found to be 3962 mUll. The skull X-ray had been reported originally to be normal but a repeat film showed elevation and displacement of the posterior clinoid process. A full pituitary endocrine assessment <Table 1) showed a defective growth hormone response and a high basal level ofTSH with an exaggerated response to thyrotrophin releasing hormone (TRH) stimulation despite normal thyroid hormone levels. The same blood samples were analysed for a-subunit and the basal level was elevated <Table 2), with a marked further increase after TRH stimulation.
Two months after the pituitary studies the patient presented as an emergency with headache, vomiting, blurred vision and a field defect. High definition CT scanning revealed a 25x 15 mm pituitary adenoma with suprasellar extension. The adenoma was completely removed via a frontal craniotomy, the pituitary gland and stalk being left intact.
Histology of the tumour showed a mixed sinusoidal adenoma with many acidophil cells. Immunocytochemistry was positive for TSH but negative for prolactin and for other anterior pituitary hormones; there was also very heavy immunostaining for a-subunit. Electron microscopy (Figure 1) showed the cells to have sparse, very fine granules, mainly peripherally placed. 
